Gorlin syndrome, also known as naevoid basal cell carcinoma syndrome (NBCCS), is a rare, dominantly inherited condition which is determined by a highly penetrant autosomal gene of variable expressivity. Sporadic cases have been described and are presumably a result of the high spontaneous mutation rate in the gene. The syndrome is characterised by the development of multiple naevoid basal cell carcinomas, cysts of the jaws, and pits of the palms and soles in the second decade of life or later. ' Affected subjects may also have skeletal anomalies, most commonly bifid ribs, macrocephaly, and hypertelorism. Various eye anomalies and ovarian fibromas are rarely described. This syndrome has been associated with an increased tendency to other neoplasms, especially medulloblastoma. ' We report a case of Gorlin syndrome associated with a midline nasal dermoid cyst CE NT IME TE ARS ported in connection with the naevoid basal cell carcinoma syndrome. Previously reported cases describe mesenteric cysts and subconjunctival epithelial cysts associated with this condition.5 6 The NBCCS gene had been mapped to chromosome 9q22 and probably functions as a tumour suppressor based on deletion of this region in many neoplasms related to the syndrome.7 A recently published report provides the first molecular evidence of a two hit mechanism for the pathogenesis of jaw cysts in patients with Gorlin syndrome.8 A similar mechanism might exist for dermoid cysts.
Dermoid cysts are congenital lesions most frequently found in the midline. It is thought that these lesions arise from the sequestration of midline ectodermal tissue.9 Nasal dermoids are rare and account for 8% of all dermoids in the head and neck region. 
